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NapokcuamanbHas HouHas reMornoonHypus
" (NMHIN)

P

Peakoe, npnobpeteHHOe, nporpeccupyroulee 3abonesaHue,
CBfi3aHHOE C KOMMNeMeHT-onocpeaoBaHHbLIM
BHYTPUCOCYAUCTLIM reMONIM30M, KOCTHOMO3roBoMn -
He4OCTaTOMHOCTbIO,BLICOKMM PUCKOM TPOMOOTUYECKUX
OCINOXHEeHUNn, No4e4YHOU HeaJOCTaTOHYHOCTU U Nero4yHou
rmnepTeH3nu



YTpaTa perynatopHbIX 6enkoB Ha MeMbpaHe NoBbIWaeT YA3BUMOCTb
KINeTOK K aTake KOMMMeMeHTa

Knetkun knoHa MNHIT xapaktepusytotcsa aedomymMTomM 3alunTHbIX 6enkos, KOTopbiM Heobxoanum GPI-akopb ans
NPUKPENNEHNS K KNeTo4YHon membpaHel

CD55 n CD59
npensaTCTBYHOT
¢opmuposaHnio MAK
Ha meMbpaHe KneTok

YTpaTa C NOBEPXHOCTU KNETOK 3aLlnTHbIX 6enkos CD55 n CD59
CHu)xaem ycmotidvueocmsb lNHI-Knemok k eo30elicmeuro cucmeMbl KOMIJIeMeHma u npueooum K
¢ghopmupoesaHuro membpaHoamakyrouie2o komnnekca (MAK)!

GPI = rnnuepodochaTngmnmHo3nTo.

References: 1. Borowitz MJ et al. Cytometry B Clin Cytom. 2010;78:211-230.




[TaumneHTKa K., 25 nert, ncropus pogos Ne 2311/995,
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bepemeHHocTb 38 Hegenb. [ONOBHOE npeasfexaHue.
Annactmnyeckasa aHemus B 1999r., peunams B 2007T., pemumnccus.

[eHeTnyeckas Tpomobodomnnus:

MyTaumsa npotpombuHa F Il Thr 165Met.
XPOHUNYECKNN BUPYCHbLIN renaTtut B
6e3 dpasbl pennukaunmn JHK.
YMepeHHOe MHOroBoaue.

Pesyc-oTpuuaTernbHasa KpoBb, 0e3 ceHcubununsauymm.



AHaMHe3 N TedeHne 6epeMeHHOCTH

LIMKITOCMOPVH LIMKNOCMOPVH

___
»

1999 2002 2007 2011 2015
YctaHoBneH  LluknocnopwuH peunans AA LinknocnopuH bepemeHHOCTb
anarHos AA OTMEHEH Tepanus Ig OTMEHEH
Tepanus Ig remoTpaHcdy3nm

remoTpaHcy3nu

HagponapwuH 0,3mn n/k

>

6 Hen. 8 Hep. 15 Head. 22 Hep. 33 Hep. 37 Heg. 38 Hep.
yrpo3a npepbiBaHus, ponopaspelleHue
peTpoxopuanbHas
rematomMma

rectTauMoHHbIN NnenoHepuUT

» KOHCYyINnbTaUuuUA rematoriora «




KoHcynbTauusa remarornora

8 Hepenb 6epeMeHHOCTH 33 Hegenu 6epeMeHHOCTH
15 Hepgenb 6epeMeHHOCTH [ematonor ML| MI'Y
[ematonor MOHUKHA PeKoMenaoBaHo:
C npOLI,Oﬂ)KI/ITb AdHTUKOAlryrnAaHTHYO Tepanunio C OTMEHOM 3a
PekomeHaoBaHO obcnenoBaHne Headento A0 poaopaspeLleHus;
Ha reHeTn4yecKkne MapKepbl » Yepes 48 yacoB nocrie pogopaspelieHnsa Bo306HOBUTL
Tpombodumnuu HagponapuH 0,3 n/k (14 gHen);

« [na pogoopaspelueHuns 3arotosutb 1500mn C3I1;

* [lpwn noBbIWEHHOM KPOBOMNOTEPE B podax — TpaHcdy3um

[eHeTnyeckas Tpombodunus C30M B 06beme 500M11, C NOBTOPHbLIM NEPENUBAHUEM
HagponapuH 0,3mn n/k C3IM yepes 24yvaca.

'pynna Bbicokoro pucka naumeHToB ¢ NMHI

ccnegoBaHue nepudepnvecKkon Kpos Ha
Hanun4uue MNHI-kNoHa




JTabopaTopHble JaHHbIe MPW MOCTYMNEHUN

HopMoxpomMmHaa HoOpMmoLMTapHas
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CHMXeHa NJIOTHOCTbL CrycTKa 3a cyeT
TPOMOOLMUTAPHOro 3BeHa

femaTonor

PekomMeHO0BaHO: TpaHcdy3na TPOMOOKOHLUEHTpaTa rnpu

[eHeTnyeckas TpomMoodnnus
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[OunarHo3: bepemeHHOCTb 37-38 Heaernb.
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[donnnepoMeTpust CoOCcy0B NMOYEK: IXOCTPYKTYpa
NoYeK He N3MeHeHa, NoBbILLEHNE
PE3NCTEHTHOCTU BO BCEX CErMEHTaX
apTepuarnbHOro pycria no4yek, CH/mKeHme BZM 2.69 mr/n (0,8-2,4)
CKOPOCTM B MEXO0NEBLIX apTepusix ¢ ABYyX
CTOpPOH




Wao 127 u/ [emonuns?
Nar 344,5 u/l _
ACT 15,4 ul/l (N) g RELLP
ANT 22,6 ull (N) cCUuHapom?

XPOHUYECKUN BUPYCHbIW renatnt B 6e3 dasbl pennukauum OHK.

¥

BepemeHHOCTb 38 Heaenb. [0NOBHOE NpeanexaHume.
Tsrkenas npeaknamncus. HELLP-cuHapom?
Annactunyeckasa aHemus B 1999r., peunams B 2007T.
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AKCTpeHHoe onepaTuBHOE poAopaspeLleHne

l

NpegonepauuoHHas NOAroToBKa:
500Mr meTnnnpeaHn3onoHa
270mMn adpepesHoro TpoMboOKoHUEeHTpaTa
(konndecTBo TpomboumToB B 1 gose 3*101).
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UHdy3noHHO-TpaHCcdy3nMoHHasa Tepanus

SQMOJT
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npodounakTmka
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TEPMOMETPUS
KoHTposib KOC

Na ruapokap6oHaT 4%-
200mn

Yepes 2 yaca n/o

pH 7,44
HCO3 24,2

BE (6,6 =—> BE (+)0,8

pH 7,29
HCO3 18,3
Lac 2.5
Ca 1,09

Lac 1,6
Ca 1,18



Hayano onepayuu KoHeL, onepauum H?Apese: ;“jﬁ?”% °
anypes 0,5 mn/kr/ avype3s 100mn (2mMn/kr/y) Anyp
MUKporemaTypus
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AnHamuKa /14T Ha aTane poaopaspelueHmna

Annactuyeckasa aHemusi/napokcu3amManbHas oA
HOYHasA reMornoouHypwus

344,5

245

P .H.0. Karanora A.B.

Jara obcaenosanns 03,11.2015T, onepauud
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Mamepuan dna uccaedosanus — nepudepuyeckans kpoeb ¢ IJ[TA 0
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Hymynoenomunupocanue npogoouiocs Ha npomounom gumogarwopumempe Cytomics FC500
¢ HCIIOIB30BAHHEM

reitupyompx antuTen CD45, CD15, CDo4, CD235a

GPl-cempeaonmx AT CDS9, CD14, CD24 n FLAER

% 4 cyTku n/o!

IPHTPOUNTLI:  Typ [ (nopmansnas sxenpeccns CDS9) 99,11
Tun I 1 (sactiansii nepuunr CDS9) 0,30
Tun LTI (nonuetii pedmunr CD59) 0,59
Monountsl_c aeguunrom FLAER/CD14 6,83
l'panyaomutel ¢ nedumarom FLAER/CD24 3,67

Jarkmouenne: Mumynodenorunuposanne Beiaenio Hannuue mutopHoro [HI -knona cpean
'3PP1T|JGLII'TTGB H 3HAYHTCIHEHOD Cpfﬂ.ﬁ MOHOIIHTOR W FpﬂH}l’ﬂi}ﬂHTﬂB.



TsKkenas npeaknamncus — HELLP-cuHOpom

[MpoTtenHypus donee 2,0 r 3a 24 4aca TpombounToneHums
TpombounToneHus < 100*10%/n BHyTpucocyamncTbin remosnmsa?
OcTpoe novyeyHoe noBpexaeHne?

OuddepeHumansbHO
AUarHOCTUYeCKnu
NMOUCK
PeunavB annacTu4yeckou NMHI
dHEMUUn ———
AHamMHes MoHoumnThl ¢ gecuumutom FLAER/CD14 6,83%
HopMoXxpoMHas MpaHynountsl ¢ gecdmumutom FLAER/CD24  3,67%

HOpMOLMTapHas aHeMuUs
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OCco0OeHHOCTU aHecCTe3nNOoNOrM4YeCKom TakTUKHu

C5a C5b-9
- MembOpaHoaTakyoWMWiA KOMIAEKC
MoLHEIH aHAMAOTOKCHH )
XemMOTaKCHC fM3C kEToK
AHadmnakcus . _ ) Mpo-socnanMrentHuiii [lecTpyKuMA KNeToK
Bocnanenue POBOCRANIMTE/ILHLIN AKTMBaLWMA TPOMGOLIHTOB BocnaneHue

AHTMEALMA NEAKOLMTOE
Tpﬂ”ﬁ°3 AHTMEALMA IHAOTENHA
Mpo-tpomboTHUECKWA

AKTHEALMA NEHKOLWTOR Tp{}lﬂﬁ{m
AKTHBALMA IHAOTENHA

Mpo-TpomboTHUECKHA

MVIHVIMVI3VIpOBaTb dKTuBauuro KoOmMrnJrsieMmeHTa

N3beratb BHYyTPMBEHHOro BBeAEeHUA NMpenapaTtoB
(MHransiuMoHHan aHecTe3us)

« (3, C4, C5, C1 HemeaneHHO CHMXanucb nocre NHOyKuMmM aHecTeanmn, octaBanncb MMHMMarbHbIMM BO BpEMS onepauumn u
yBenuuMBanmch B n/o nepuog *

*  AKTMBHOCTb 6GefikoB KOMMEeMEHTa CHUXKAETCA Nocne MHAYKLMU aHECTE3MM U COXPAHAETCA Ha 3TOM ypoBHe 0 12 yacos n/o, 3aTem
3HA4YMTENbLHO BO3pAacTaeT, NPEBbLILLAst 4OONEepPaLMOHHbIN YPOBEHb U OOCTUras MakcuMmyma Ha 4-e cyTku n/o nepuopaa 2

* MeHbluas akTMBaLMsa CMCTEMbI KOMMIIEMEHTa NPOAEMOHCTPUPOBaHA Y HOBOPOXAEHHbIX NP abAoMMHaNbHbIX onepauusix B YCIOBUSIX
NHransALUMOHHOW aHecTe3um 3

« [pwn HaNMYMM KOCTHOMOS3IOBOW HEAOCTAaTOMHOCTM criedyeT nsberatb NPUMEHEHNs 3akucK asoTa 4

References: 1. Tarnok A., Hambsch J., Emmrich F et al. Complement Activation, Cytokines, and Adhesion Molecules in Children Undergoing Cardiac Surgery with or without Cardiopulmonary Bypass. Pediatr Cardiol 20:113-125,
1999; 2. Taylor M B, Whitwam J G, Worsley A. Paroxysmal nocturnal hemoglobinuria. Perioperative management of a patient with Budd-Chiari syndrome. Anaesthesia 1987; 42: 639—-642.; 3. Mikava K, Maekawa N, Goto R, Yaki H,
Obara H. Perioperative complement activation in neonates under halothane or fentanyl anaesthesia. Acta Anaesthesiol, 1992: 36: 469-473; 4. Taylor MB, Whitwam JG, Worsley A. Paroxysmal nocturnal haemoglobinuria:
perioperative management of a patient with Budd-Chiari syndrome. Anaesthesia 1987;42:639-42
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OCOOEeHHOCTU aHeCTe3NONMIONrMM4YeCKOU TaKTUKN

MynsTugncuMnnaMHapHbIN noaxoa (aHecTe3nosor, remMaTonor, akyLuep-rmHeKosor)

MVIHI/IMI/I3VIpOBaTb dKTuBauuro

T e n3deraTtb aumngosa 1 rmnokcumn

YMEHbLLMTb NCUXONOrM4Yeckuin ctpecc (Nnpemeankauuns)

npodunakTmka MHPUUMpoBaHnsa (aHTUONOTUKN)

Tpomb6oTUYecKne oCrnoXxHeHnsa ||A36eraTb rMNoBOAEMUN

AHTHKOA NYNAHTHaAA Tepannd

NMpocdunakTuka noyevyHomn
HeoCTaTOYHOCTH N3beratb npumeHeHus 'OK, HIMNBC, He(ppOTOKCNYHBIX aHTUOUOTUKOB

Mpun HapyweHnu dpyHKUMK nevyeHu (cnHapom bapana-Knapu) nsberate npumMeHeHus
renaToToKCM4HbIX NpenapaTtoB




OLWnbKM ne4yedbHON TaKTUKA

'

PaHHas anarHocTuka MNMHI
Npun HanNM4YmMn akTopoB pPUCKa

R S

. TpaHcdy3noHHaa Tepanus ??7? -
C3rl
VIl pakTop cBepThbIBAHNA KPOBU

AHTUKOarynaHTHas Tepanus
PaHHee Hayano

A N A b S N
MyneTngncumnnnmMHapHbIv NOAXo4
AN CBOEBPEMEHHOIO Havasria naToreHeTU4YeCcKkou Tepanmm







Anaphylaxis during anesthesia in France: An 8-year national
survey

Paul Michel Mertes, MD, PhD,” Francois Alla, MD, PhD,® Philippe Tréchot, PharmD,® Yves Auroy, MD, PhD,
Eric Jougla, PhD,® and the Groupe d’'Etudes des Reactions Anaphylactoides Peranesthesiques* Nancy and Le Vésinel,

France
1816 naumeHTOB
1 anBaps 1991 - 31 nekabps 2004
J Allergy Clin Immunol. 2011 Aug;128(2):366-73. Epub 2011 Apr 17

] ! Hypnotics - 43
Causal agent Reactions (%) No. of patients Propofol 55 80 24
_ Midazolam 32.60) 14
Ll | W Pentothal 9.30 4
Succinylcholine 1340 356 Kotanine 2.30 1

Rocuronium 20.30 313 Total 100
Atracurium 19.30 206 Opioids 31
Vecuronium 10.20 109 :*“-'ﬂfPh":t ggg ';

: : “entany .
F'.t_li-.,uruqlum 3.60 38 Sufentanil 27 6 E
Mivacurium 250 27 Nalbuphine 2.9 4
Cisalracunium 1.70 I8 Remifentanil 6.5 2

Total 100) Total
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OBSTETRIC CASE REPORTS

¢ Taylor&Francis
healthsciences

Paroxysmal nocturnal haemoglobinuria in
pregnancy—not to be confused with pre-eclampsia
or HELLP syndrome. Case report and literature

review

S. P. HIGGINS'?, L. P. MCMAHON? and S. P. BRENNECKE"?

"University of Melbourne Department of Obstetrics and Gynaecology Royal Women's Hospital, Melbourne,
2Department of Perinatal Medicine, Royal Women'’s Hospital, Melbourne and Obstetric Medicine Unit, Sunshine

Hospital, Melbourne, Australia

Case report

A 2o-year-old, gravida 2 para 1, was relerred lor ongomng care i her
second pregnancy. In her first pregnanecy she had suffered a fetal
death im wrero at 23 weeks' pestation in association with the
development of haemolysis, elevated AST, LDH and thrombocy-
topenia which was considered to be the HELLP (haemolysis,
elevated liver enzymes, low platelet count) syndrome form of severe
pre-eclampsia. She recovered and remained well between pregnan-
cies but presented to our antenatal clinic in her next pregnancy at 12
woeeks' gestation following a 2-day history of diarthoca. AL that
time, her blood pressure was 11070 mmHg and she had no
proleinuria. A rouline blood count revealed anaemia (hacmoglobin
concentration  80gfl; reference range (RR) 100-137g/l) and
thrombocytopenia (platelet count 100 x 10%/L; RR 150 400 x
10°/1). She showed evidence of ongoing haemolysis with an elevated
LDH (2700U/; RR 313-618U/1), reduced haptoglobin levels
{ = 6 mg/dl; RR 30— 200 mg/dl) and a raised AST (60U[L; RR O
— 40U/J1). Uric acid levels were normal. Faecal and urinary cultures
demonstrated no pathogens.

Table |. Differential diagnosis of paroxysmal nocturnal
haemoglobinuria during pregnancy

Pre-eclampsia
Prothrombotic disorders
anticardiolipin antibody syndrome
lupus anticoagulant
prothrombin gene abnormality 202104
activated protein C resistance
Thrombotic thrombocytopaenic purpura/haemolytic uraemic
syndrome
Disseminated intravascular coagulation
Acute fatty liver of pregnancy
Infections
malaria
streptrococcal
clostridial
Congenital red cell defects
membrane (hereditary spherocytosis, elliptocytosis)
enzyme (GBPD deficiency, pyruvate kinase deficiency)
haemoglobinopathies

thalassaemia




JIeKTUHOBbLIN NYTb Knaccmnyeckum ANnbTepHaTUBHbIN NYTb

4

C3 + H,0 Bcerga aktuBeH

Amnnudmkauymsn

—p  |C3Db

Cnabbiti aHagpunomokcud C3a

NMpokcuManbHbIN

C5a C5b-9

~ " MembpaHoaTaKyoLWmMii KOMNAEKC
Hbli aHaPUNOTOKCUH
OUIHbIA aHapHANOTOKC Jln3uc KneTok

AHadpmnakcus Xemorakcuc Mpo-BocnanuTenbHbii OecTpyKuus KneTok

Bocnanenue fpo-BocnanuTe/bHbI AKTUBaLMA TPOMGOLMTOB BocnaneHue

AKTUBaLMA NEUKOLMUTOB -
AKTUBaLMA NeMKOLUTOB

TPOM603 AKTUBaLMA sHZOTENUA 5 . Tp°M6°3

AKTMBaLUMA 3HOOTENNA

Mpo-TpomboTuueckuii

TepMUHanNbHLIN

Mpo-Tpomb6oTHUUECKui

References: 1. Zipfel PF et al. Vaccine. 2008;26(suppl 8):167-174. 2. Figueroa JE, Densen P. Clin Microbiol Rev. 1991;4:359-395. 3. Walport MJ. N EnglJ Med. 2001;344:1058-1066. 4. Rother RP et al. Nat Biotechnol. 2007;25:1256-1264. 5. Meyers G et
al. Blood. 2007;110:Abstract 3683. 6. Hill A et al. BrJ Haematol. 2010;149:414-425. 7. Hillmen P et al. Am J Hematol. 2010;85:553-559. 8. Parker C et al. Blood. 2005;106:3699-3709. 9. Hillmen P et al. N EnglJ Med. 1995;333:1253-1258. 10. Nishimura
J et al. Medicine (Baltimore). 2004;83:193-207. 11. Caprioli J et al. Blood. 2006;108:1267-1279. 12. Noris M et al. Clin J Am Soc Nephrol. 2010;5:1844-1859. 13. George JN. Blood. 2010;116:4060-4069. 14. Loirat C et al. Pediatr Nephrol. 2008;23:1957-
1972. 15. Stahl AL et al. Blood. 2008;111:5307-5315. 16. Hosler GA et al. Arch Pathol Lab Med. 2003;127;834-839. 17. Ariceta G et al. Pediatr Nephrol. 2009;24:687-696.
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Pa3mep KnoHa He KoppenupyeT C TSXKeCTb CMMMTOMOB

MexayHapoaHbin MHI Perncrp’

100 1 ® Mpan KnoH <10%
® [paH KrnoH 10%-49%
80 - ®paH KnoH 250% 74 7578
S 60 - 5557
1
[
>
< 40 .
=
©
-
20 -
0 -
Bonb B Opbllwka Bonb B FremornobuH YTomnse
XuBorte rpyau ypus MOCTb

KnnHnyeckme cumntombl

References: 1. Urbano-Ispizua A et al. Hematologica. 2010;95(suppl 2):Abstract 1022.

25



[MHI": XpOHWYeCcKoe, Nporpeccupytollee, yrpoxarwlLlee X13Hu

3abonesBaHue c paHHe CMepTHOCTbIO

* PacnpocTtpaHeHHOCTb:
15.9/munnmnon?

* CpeaHuiA BO3pacT NaLMeHTOB npu
nocTaHoBKe AnarHo3a — 30 net?3

* 35% nauueHtoB c MHI norubator B
TeyeHue 5 neT nocne NocTaHOBKMU
[MarHo3a, HeCMOoTpPA Ha NydLYIo
nogaepuBaroLLyto Tepanmio®

* [lporpeccupytouiee 3abonesaHue:
XapaKTepm3yeTca XPOHUYECKUM,
KOMM/JeMeHT-onocpea0BaHHbIM
remosin3om>4
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BbikuBaemocTb NauuMeHTOB C MOMEHTa
noctaHoBku gnarHo3sa (80 nauueHToB c MHIM)

Fpynna KOHTponA us oéien
nonynsumMmu, conoctaBumas
no nony v Bo3pacTy

MauywneHTbl ¢ MHI
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JleT nocne NnoCTaHOBKU AMarHosa

References: 1. Hill A et al. Blood. 2006;108:290a. Abstract 985. 2. Nishimura JI et al. Medicine. 2004;83:193-207. 3. Socié G et al. Lancet. 1996;348:573-

577. 4. Hillmen P et al. N Engl J Med. 1995;333:1253-1258.
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TpomM6o03bi

Tpom603bl — Beayw,aa npuunHa cmeptHoctu npm MHMM?

*  40-67% neTtanbHbix ncxoaos npu MHI npomncxoanT No NpuYnHe TPOMBOOTUYECKUX
cobbiTnit (TC)?

*  Bce nauymeHTbl c NHI HaxogATcA B rpynne BbICOKOro pa3smntmAa TC BHe
3aBMCMMOCTM OT pa3mepa KNOHa, TPaHCPY3MOHHOM 3aBUCUMOCTU M NPOBOANMOWN
aHTMKOAaryiAHTHOM Tepanmm?

*  Tpomb03bl MoryT 6bITb 11060 NOKANM3aUUN — KaK B BEHO3HOM, TaK 1 B
apTepuanbHom pycne3

- YacTadA /I0KanAM3auma - UHTpa-abgommnHanbHble U LepebpanbHbie BEHbI
* [lepsoe TC nosbllaeT pUcK cmepTtu B 5-10 pas?

*  BbiKnBaemocTtb naumeHToB c MHI, neperecwinx Tpomb03, coctasnaeT 40% 3a 4
roga 3

References: 1. Parker C et al; International PNH Interest Group. Blood. 2005;106:3699-3709. 2. Hillmen P et al. Blood. 2007;110:4123-4128. 3. Hill A et al.
Blood. 2013;121:4985-4996.
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ocrieaAcTBuUA reMmosin3a 4acCcto TpyaHopacrno3HaBaeMb

YxynueHve YToMInsieMogTL>°
OObIlKaZ°  KadecTBa )KM3HI/I23 '
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Auncdarna?° , - = . - MMmnoteHuus

femornobmHypmsn?3

A HeMVIFlz
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Tpomb03bI°

OcTpasa no4vye4yHasn

NeyeHO4YHaA
HeJoCTaTOYHOCTb?23

HeJoCTaTOYHOCTbL?

XpoHuyeckas 05 "N - %) CeppaeyvHas
2,3 o ¥
bone3Hb Novyek ES ety L B\ He#oOCTaTOYHOCTb 2

UHcynbT/TUAZ3
Nwemunsn XKKT?
JlerouHas runepTeH3usa?

,,;% : )f )
1. Brodsky RA Paroxysmal Nocturnal Hemoglobinuria. B: Hematology - Basic Principles and Practices. 4th ed. R'Hoﬁif‘nafﬁ'EfJ Benz; S Shattil et al. eds. Philadelphia, PA:
Elsevier Churchill Livingstone; 2005; p. 419-27. 2. Rachidi S et al. Eur J Intern Med 2010;21:260-7. 3. Rother RP et al. JAMA 2005;293:1653-62.




XpOHMYECKan HEKOHTPOAMPYEMas aKTUBALMA KOMMNIEMEHTA NPUBOAMT K
CUCTEMHbIM nopakeHuam npwm MHM-3

3HauuTenbHoOe BNUsAHMe

Ha BbDKMBaeMoCTb% 8 :

Tpom603bI

T ——
femonus™ »
S = . MoyeyHaa HeaOCTAaTOYHOCTb

N

*g-»,'*,‘F\CBOGOAHbIﬁ remorn06vH o /lerouHas runepTeHsua

A4 3
| Xy “u Tpom603 bonb B }Xusote

2 NotpebneHne NO Bonb B rpyAHOM KneTke
OpblwkKa

- 3HauuTenbHoOe BNusHue
Ha 3aboneBaeMocTb®:

AKTUBaLIA/arpPeralina TPOMb6OLNTOB

Ouvcoarua

YTomnaemoctb
lfemornobuHypus
dpeKTunbHaA ANCPyHKLUUA

AKTUBALUA KOMMNNEMEHTA MNPAMBIE 3P ®EKTbl AKTUBALIMN KOMMNIEMEHTA CUCTEMHOE B/IMAHUE

References: 1. Parker C et al; International PNH Interest Group. Blood 2005;106:3699—-3709; 2. Brodsky R. Paroxysmal nocturnal hemoglobinuria. In: R Hoffman et al, eds.
Hematology - Basic Principles and Practices. 4th ed. Philadelphia, PA: Elsevier Churchill Livingstone; 2005;419-427; 3. Rother RP et al. JAMA. 2005;293:1653-1662; 4. Socie

G et al. Lancet 1996;348:573-577; 5. Hill A et al. Br J Haematol 2007;137:181-192; 6. Lee JW et al. Hematologica 2010;95(s2): Abstracts 505 and 506; 7. Hill A et al. BrJ

Haematol 2010;149:414-425; 8. Hillmen P et al. Am J Hematol 2010;85:553—-559. 29



XpoHuyeckaa 60/1e3Hb NOYEK ABNAETCA CAEACTBUEM
HEKOHTPONIPYEMOW aKTUBALMM KOMM/IEeMeHTa ™
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AKTUBALUA KOMNNEMEHTA MNPAMbBIE 3P PEKTbl AUCPYHKLIUN KOMNJIEMEHTA XPOHWUYECKAA BOJIE3Hb MOYEK

References: 1. Brodsky R. Hematology: Paroxysmal nocturnal hemoglobinuria. In: R Hoffman et al, eds. Hematology - Basic Principles and Practices. 4th ed.
Philadelphia, PA: Elsevier Churchill Livingstone 2005;419-427; 2. Rother R et al. JAMA 2005;293:1653-1662; 3. Clark DA et al. Blood 1981;57:83—-89; 4.

Hillmen P et al. Am J Hematol 2010;85:553-559; 5. McKeage K. Drugs 2011;71:2327-2345.
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JlerouyHas runepTeH3us sABNSAeTCS crieacTBuemM
HEeKOHTPONMPYeMON akTuBaLum KomnnemeHtals

———— T JleroyHas

\‘\\_ﬁ runepreHsus
DVCTOHUA TagKonN 7\

MYCKynaTypbl
NoTpebneHune .
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AKTUBALUA KOMMNNEMEHTA MNPAMBIE 3P ®EKTbl AKTUBALIMN KOMMNIEMEHTA NNEFTOYHAA TMNEPTEH3UA

References: 1. Rother R et al. JAMA 2005;293:1653-1662; 2. Hill A et al. Br J Haematol 2010;149:414-425; 3. McKeage K. Drugs 2011;71:2327-2345.
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PaHHAA AMArHOCTUKA KpalHe BaXKHa ANA YAYULLIEHUA NeYeHUA U
6naronpuaTHoro nporHosa MHM-2

MeXayHapoaHoe obLwecTBo KnnHuyeckmx untometpuctos (ICCS) pekomeHayeT
NpoBOAUTb 06CNeJ0BaHME NaLMEHTOB U3 FPYNM BbICOKOTO pUCKa?:3:

Kymb6c- HeobbsacHumbie
HeraTuBHas Fremornobun- AA HeobbAacHUMbIe TPOM603bI

remo/iMTMyYecKas ypus SRS LMTONEHUMU (seHO3HbIE M/MAn

aHemusA apTepuanbHbie)

w

YacrtoTa BcTpeyaemoctu MNMHI KnoHa

22,7% 18,9% 26,3% 5,5% 5,7% 1,4%

Ucknountb nnu noarsepanTb NMHI Ha 0CHOBAaHUMU KAMHUYECKUX AAHHDbIX U
BbICOKO‘-IYBCTBVITEIIbHOVI ﬂpOTO‘-IHOﬁ LI,VITOMETpMMl'2

References: 1. Borowitz MJ et al; Clinical Cytometry Society. Cytometry B Clin Cytom. 2010;78:211-230. 2. Parker C et al; International PNH Interest Group.
Blood. 2005;106:3699-3709.



Conupuc — MOHOKOHaNbHoe aHTUTesNo K C5-KOMMOHEHTY,
Onokupyloliee KOMNeMeHT-onocpeAoBaHHbIN reMosnuns

Kackag komnaemeHral
dKynusymab

*  Conupwuc obnagaet BbICOKOM
apPuHHOCTbIO K C512

*  TepMWHaNbHbIN KOMMNIEMEHT —
dopmupoBaHue C5a n C5b-9 cneunduryHo
6nokupyetcal?

* [poKcnmanbHas GYHKUMA KOMNAEMEHTa
coxpaHeHa:1?

C5b-9

T oL T FROr S — Cnabbii aHadmnaToKkeuH>4
npw MHC —  KAnpeHc MMMYHHbIX KOMMNAEKCOoB?
— MuKpobHasa oncoHnsaumn?

TepMUHarnk

lMosKanyincTa, 03HAKOMbTECH C MHCTPYKLMEN Mo MeAULMHCKOMY NPUMEHEHMIO IeKapCTBeHHOro npenapata Coaupuc. e

SOLIRIS”
References: 1. Soliris® (eculizumab) Summary of Product Characteristics. Cheshire, CT: Alexion Europe SAS. 2. Rother RP et al. Nature Biotechnol. 2007;25:1256-1264. 3. ¢ ipia =R
Walport MJ. N Engl J Med. 2001;344:1058-1066. 4. Figueroa JE, Densen P. Clin Microbiol Rev. 1991;4:359-395.
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